Dr S Alexander: I showed a similar patient at a Dowling Club meeting at Oxford for Dr Alice Carleton in 1956. The patient, then aged 68, had had pernicious anaemia for thirty years and was well controlled from that point of view. She presented to the skin department with a 'seborrhceic' eruption on the chest and was originally thought to have lichen nitidus. The rash spread and became hwmorrhagic in places. It waxed and waned, but became progressively worse, and she finally died in 1959. A diagnosis of Letterer-Siwe disease was made before death and confirmed histologically. An unusual feature, apart from the age of onset, was the post-mortem finding of bizarre 'seaweed-like' deposits on the intimal layers of the aorta and larger vessels.
Dr G C Wells: A woman of 69 was admitted to St Thomas' Hospital under the care of Dr H J Wallace in 1970. For two years there had been a rashresembling seborrhzeic eczema on the chest, together withjaundice, severe weight loss and malabsorption. The eruption consisted of tiny erythematous and hemorrhagic crusted papules, one of which was biopsied. Dr I W Whimster demonstrated the histology to be that of Letterer-Siwe disease and electronmicroscopy showed the characteristic cytoplasmic inclusions of histiocytosis X. Chest X-ray showed increased density radiating from both hilar regions. (The appearance suggested lymphangitis carcinomatosa.)
The patient went downhill and died from gastric hemorrhage. At autopsy a large bleeding gastric ulcer and gallstones in the common bile duct were found. Microscopy of organs showed infiltration by histiocytoid cells in lungs, spleen and bone marrow.
The skin lesions in the case of this patient were identical with those of Letterer-Siwe disease. History: Ten years ago developed generalized prurigo nodularis which persisted severely until hospital admission (St John's) two years ago. One year later the prurigo remained in a mild form but the progressive development of multiple yellow papules on the neck and upper chest was then noticed. Xanthelasma palpebrarum had been present for eight years. On examination: Bilateral xanthelasma palpebrarum and arcus senilis. Profuse, plane xanthoma papules present on both sides of the neck and extending on to the upper anterior chest (Fig 1) representing a drug reaction, although an intrinsic granulocytic cell disorder could not be excluded. The plasma cell series was normal. A repeat test was refused.
The following investigations were normal or negative: blood urea, urinalysis, liver function tests, serum proteins and electrophoresis, Bence-Jones proteins, cryoglobulins, serum immunoglobulins, and complement; antibodies to nuclear, smooth muscle, gastric, thyroid and mitochondrial determinants; thyroid function tests, fasting blood sugar, chest and skeletal X-rays.
Comment
This patient's serum lipids are known to have remained normal since one year before developing generalized plane xanthoma (GPX). Xanthoma presenting in this way initially suggested the possibility of primary biliary cirrhosis but this has been excluded. In the absence of serum lipid abnormality, dysproteinwmia, and definite myeloproliferative disorder this case falls into the group of normolipidxmic GPX without associated disease.
Including this present case, 37 patients have been recorded in the literature under this title (Lynch & Winkelmann 1966 , Feiwel 1968 , Moschella 1970 , Slack & Borrie 1971 , Kodama et al. 1972 , Millard & Church 1973 . Atypical xanthomatous lesions, however, have been present in at least 4 of these patients; 2 of them developed leukemia, 1 myeloma and one had histiocytosis X.
Myelomatosis has occurred in hyper-and normo-lipidamic cases in a ratio of 2:1 while benign paraproteinemias, including cryoglobulinmmia and macroglobulinmmia, have been equally distributed. Leuklmia and the unassociated disease cases have been, exclusively seen with normolipidamia (Table 1) . The appearance of GPX is usually with xanthelasma palpebrarum, and spreading xanthomatous papules and plaques over the head, neck and upper trunk, in some cases with involvement of the extremities. The xanthomata may preor post-date the development of myel6matosis or dysproteinemia; in 2 cases spontaneous resolution has occurred, leaving anetoderma-like lesions.
Two theories concerning the development of GPX have been proposed. Lynch & Winkelmann suggested that secondary xanthomatization of a local histiocytic cell proliferation might be responsible. Feiwel considered that development of paraproteinmemia might interfere with lipoprotein metabolism leading to hyperlipoproteinmmia and xanthomatosis. Further evidence for this latter concept has been produced by Kodama et al., in whose patient GPX was associated with a cryoglobulin composed of a monoclonal IgG (antibody) complexed with alpha-I and beta lipoprotein (antigen); in this case, however, the lipids appear to have been abnormal.
Extensive Calcinosis with Minimal Scleroderma: Treatment of Ectopic Calcification with Aluminium Hydroxide P M Hudson MA MRCP and P E Jones MB MRCP (for T W E Robinson MB MRCP and Professor C E Dent MD FRCP FRS) (University College Hospital, Gower Street, London WCIE6A U) L B, womanaged 45 History: In 1967 at menopause she noted hard lumps in both thighs, and again in 1969 around both knees, associated with aching and pain on kneeling. In the same year she passed a stone from the right kidney. In 1972 she developed lumps around both elbows and these discharged white chalky material. There is no muscle weakness and no history of Raynaud's phenomenon.
On examination: Erythema of cheeks and forehead, purple indurated areas in both upper arms, hard plaques around knees, elbows and in thighs. Small papules over the extensor surfaces of both hands.
Investigations: Dietary assessment for the period 1968-71 showed a daily intake of 2500 calories,
